Introduction
Pigmentary retinopathy is known to be an inherited disease, sometimesassociated with systemic manifestations. Recently a middle-agedwoman whoseparents were consanguineouswas hospitalized due to congestive heart failure. She was found to have pigmentary retinopathy, renal insufficiency, nephrotic syndrome, Menetrier's disease, and diabetes mellitus.
Case Report
A 47-year-old Japanese womanwas admitted to our hospital because of general fatigue, orthopnea, and edema. She was well the age of 45 years, when she gradually lost her sight. Her parents were cousins. The family history was unremarkable and her brother and sister were reported to be normal. She was a married womanbut could not have any children. She had menopause at age 45. Two months before hospital entry, she realized that her legs were edematous. Then dyspnea and orthopnea appeared. She visited our hospital in December 1992. On physical examination, she was a poorly-nourished pale womanwith thin hair. Her height was 153 cm and weight, 47.5 kg. There was marked pitting edema in the extremities. The blood pressure was 162/1 10 mmHg.On auscultation, systolic murmurwas audible at the apex, and moist rales were heard throughout the entire lung field. Neurological examination was negative. Chest X-ray film disclosed cardiomegaly and pleural effusion (Fig. 1A) . She was diagnosed as having congestive heart failure. Thenshe was hospitalized. Blood examinations disclosed leukocytosis , anemia, marked hypoalbuminemia, renal insufficiency, hypertriglyceridemia, hyperglycemia, hypothyroidism, and mild hyperprolactinemia (Table 1) .
Urinalysis showed 3+ forprotein, 1+ forglucose, apH of5.5, and a specific gravity of 1.025, with 0 to 1 red blood cells and 3 to 6 white blood cells per high-power field in the sediment. The 24-hour urinary protein excretion was in the range of 3.0 to 5.5 g. Nephrotic syndrome was diagnosed. Ultrasonographic cardiography showed pericardial effusion and poor wall motion of the left ventricle. Ultrasonography of the abdomen disclosed hepatosplenomegaly. Thorancentesis revealed that the pleural fluid was a transudate. Furosemide and concentrated albumin were administered. Cardiomegaly, pleural effusion, and systemic edema responded to them (Fig. IB) . The body weight decreased to 34 kg, which was thought to be her dry weight.
The stomach had increased folds in height and thickness, forming a convoluted surface (Fig. 3A) . On microscopic examination, hyperplasia of the mucus-producing cells and elongation of the fundic glands were present (Fig. 3B ). Menetrier's disease was diagnosed. The lungs were heavy and whitish, and microscopically diagnosed as bronchopneumonia. The pancreas had amyloid infiltration.
The uterus was atrophic and microscopically a decrease in endometric glands was recognized. There were no remarkable findings in the thyroid gland, heart, adrenal glands, and ovaries.
Discussion
The present patient, born of consanguineous marriage, had Pigmentary Retinopathy with Systemic Diseases ommon,Ooccasi°nal-pigmentary retinopathy, nephrotic syndrome, Menetrier' s disease, and diabetes mellitus. Clinically, congestive heart failure and hypothyroidism were also present, but at autopsy no organic diseases were found in the heart and the thyroid. Hypogenitalism wasalso suspected because of sterility, early menopause, and uteral atrophy at autopsy. The main reason of edema, pleural effusion, and pericardial effusion was thought to be severe hypoalbuminemia due to nephrotic syndrome and Menetrier' s disease. Pigmentary retinopathy is knownto be associated with systemic diseases. These are classified into several syndromes (Table 2 ). Amongthese syndromes, Alstrom's disease (1) is superficially most similar to the present case based on the commoncharacteristics of pigmentary retinopathy, renal insufficiency, diabetes mellitus, and hypogenitalism. But the clinical picture of Alstrom's disease is an obese child who suffers from blindness and deafness, and in adulthood develops slowly progressive chronic nephropathy. Microscopically, the renal disease is characterized by glomerular hyalinization with tubular basement membranethickening, tubular atrophy, and interstitional fibrosis (2). Bardet-Biedl syndrome and Laurence-Moon syndrome usually are associated with obesity, mental retardation, and dwarfism (3). Severe progressive renal disease has been noted to occur in only 15% of these syndromes (4). The most common of the renal diseases associated with pigmentary retinopathy is Senior's syndrome(renal retinal dysplasia). This disease is also called medullary cystic disease or juvenile nephronophthisis (5) . Microscopic or occasionally macroscopic cysts in the corticomedullary lesions are present. Other renal histologic findings of this disorder are similar to those of Alstrom's disease (1). Alport's syndrome is a familial disorder characterized by progressive nephritis, sensorineural deafness, and ocular defects. Renal disease manifests itself at an early age. Afflicted females usually have little renal dysfunction while most males develop renal insufficiency. Deafness occurs in approximately two-thirds of affected persons. Cataracts are most common eye lesions and pigmentary retinopathy is uncommon.No distinguishing histologic features of the kidney by light microscopy are noted (6) . Patients with cystinosis develop damage to various organs including kidney, thyroid, eyes, central nervous system, pancreas, and muscle. Cystine crystals are seen by light microscopy in those organs (7) . In oxalosis, calcium oxalate deposits are widespread in various tissues (8) . The present patient is different from these clinical pictures and pathological findings. The onset of pigmentary retinopathy was in the forth decade of life. The patient had Menetrier's disease. The main lesion of renal dysfunction was glomerular, not tubular or interstitional. Diabetes mellitus was characterized by high insulin resistance. Obesity was absent. Nocrystals were found at autopsy. Toour knowledge, the association ofpigmentary retinopathy with Menetrier's disease, nephrotic syndrome, and diabetes mellitus has never been reported. Pigmentary retinopathy is known to be associated with systemic diseases, but the clinical picture does not fit into any of the previously described entities.
